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Traitement |0 __]
Identités (| +{0 !
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CFTR.Pro 0 IleMetProGlyThrIleLysGluAsnIlellePheGlyValSerTyrAspGluTyrArgTyrArgSerValllelysAlaCysGlnleuGluGluAsp
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cusTorne-San cupTonrne-Sann cusnTone-wSony

cusTone-Saonn

Seconde base

Phe | Ser Tyr Cys U
U | phe | Ser Tyr Cys C
Leu Ser STOP | STOP A
Leu Ser STOP | Trp G
Leu | Pro His Arg U
C Leu Pro His Arg G
Leu | Pro Gin Arg A
Leu Pro Gin Arg G
e Thr Asn Ser U
A lle Thr Asn Ser C
lle Thr Lys Arg A
Met | Thr Lys Arg G
Val Ala Asp Gly U
G Val Ala Asp Gly C
Val Ala Glu Gly A
Val Ala Glu Gly G
Seconde base
Phe | Ser Tyr Cys U
UJ | phe | Ser Tyr Cys C
Leu Ser STOP | STOP A
Leu Ser STOP Trp G
Leu | Pro His Arg U
C Leu | Pro His Arg C
Leu | Pro Gin Arg A
Leu | Pro Gin Arg G
e Thr Asn Ser U
A lle Thr Asn Ser o
e Thr Lys Arg A
Met Thr Lys Ary G
Val Ala Asp Gly U
G Val Ala Asp Gly C
Val Ala Glu Gly A
Val Ala Glu Gly G
Seconde base
Phe | Ser Tyr Cys U
U Phe | Ser Tyr Cys c
Leu | Ser SToP | sTOP A
Leu | Ser STOP | Trp G
Leu | Pro His Arg U
C Leu Pro His Arg @
Leu | Pro Gin Arg A
Leu | Pro Gin Arg G
e Thr Asn Ser U
A e Thr Asn Ser o
e Thr Lys Arg A
Met | Thr Lys Arg G
Val | Ala | Asp Gly U
G|V Ala | Asp Gly (o
Val Ala Glu Gly A
Val Ala Glu Gly G
Seconde base
U|C | A G
Phe | Ser Tyr Cys U
U Phe Ser Tyr Cys C
Leu Ser STOP | STOP A
Leu Ser STOP Trp G
Leu Pro His Arg U
C Leu Pro His Arg C
Leu Pro Gin Arg A
Leu Pro Gin Arg G
e Thr Asn Ser U
A e Thr Asn Ser C
e Thr Lys Arg A
Met Thr Lys Arg G
Val Ala Asp Gly U
G| v Ala Asp Gly C
Vval Ala Glu Gly A
Val Ala Glu Gly G
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Seconde base
Phe | Ser Tyr Cys U
UJ | Phe | Ser Tyr Cys C
Leu Ser sSToP | STOP A
Leu Ser STOP | Trp G
Leu | Pro His Arg U
C Leu Pro His Arg 4
Leu | Pro Gin Arg A
Leu | Pro Gin Arg G
e Thr Asn Ser U
A lle Thr Asn Ser C
e Thr Lys Arg A
Met | Thr Lys Arg G
Val Ala Asp Gly U
G Val Ala Asp Gly C
Val Ala Glu Gly A
Val Ala Glu Gly G
Seconde base
Phe | Ser Tyr Cys U
U Phe Ser Tyr Cys C
Leu Ser sSToP | STOP A
Leu Ser STOP | Trp G
Leu Pro His Arg U
C Leu Pro His Arg C
Leu | Pro Gin Arg A
Leu | Pro Glin Arg G
e Thr Asn Ser U
A lle Thr Asn Ser C
e Thr Lys Arg A
Met | Thr Lys Arg | G
Val | Ala | Asp Gly U
G| Vv Ala | Asp Gly C
Val Ala Glu Gly A
Val Ala Glu Gly G
Seconde base
Phe | Ser Tyr Cys U
U Phe | Ser Tyr Cys C
Leu Ser sTorP | sTOP A
Leu Ser STOP | Trp G
Leu | Pro His Arg U
C Leu Pro His Arg 4
Leu Pro Gin Arg A
Leu | Pro Gin Arg G
lle Thr Asn Ser U
A lle Thr Asn Ser C
e Thr Lys Arg A
Met Thr Lys Arg G
Val | Ala | Asp | Gly U
G Val Ala Asp Gly C
Val Ala Glu Gly A
Val Ala Glu Gly G
Seconde base
U C| A |G
Phe Ser Tyr Cys U
U Phe Ser Tyr Cys C
Leu Ser STOP | STOP A
Leu Ser STOP Trp G
Leu Pro His Arg U
C Leu Pro His Arg O
Leu Pro Gin Arg A
Leu Pro Gin Arg G
e Thr Asn Ser U
A e Thr Asn Ser C
e Thr Lys Arg A
Met Thr Lys Arg G
Val Ala Asp Gly U
G| v Ala Asp Gly c
val Ala Glu Gly A
Val Ala Glu Gy | G

CUBT R0 w0 GCaBToloen w0

CuBTOE0 e w0 -

OUBT OO0 w0




ciT H20

CiT H20 ciT H20

3as.ency-education.com



3 galll il
Lo Cpoadl
5.97:-é-wjph dic WY/UALAA)UM/M/ o
Al a1 palaa¥) A gle by R67 03 phi > lawsll ph 1 R67

...... -=NH- CH- CO-.........

I
CH;

I
COO0 -

Jalsie (e K5 R68 (3 phi =Ll ph : R68

...... -NH- CH- CO-.........

I
H

L o il ot ;e ) @l Al by RE9 (3 phi < b dll ph 1 R69
...... -NH- CH- CO-.......

I
(CH2)4
I
NHs*
) pall)
Aagun 4y pua Claa g (G (ST ¢ Badeie (il g (8 (auadl Baiee 4y g 4y uae LS je Sl gl o) &
A ) (82 i g Ja (s 05 D AieY) Galeal) Jiad
¢ i gyl Aida ol Aae ) Al Al 5 ApiseY) (alea ) o3a @l sl ABDall Jiaki Logh
Gl Bdaa g A8EY A4y jlay Amaia gia daiaa) alea) (e 23l g & g8 20 Bada ity 0l o €
A gall
Abhs g dga e dpacll Ayl Ak o (g gy o Jide jia 5 lge 5 damy e )i (e Cilaa sl o ()5S
A T gl o LS sl (e k8 Capm Aglienl) Apalal) 5 30 L) any Lo (5580 dga (g Ll 5n S Apumdls
' " 4 2 55
oy ellh g Al i 3 e g (sae @) Jans gl & i) Ll nlan) ol ghas Aia¥) mbaay) s
duaaall dauh )
Aol s g ol ddlaigy Gl g dua ge Alind mual g oaalall bl 8 e ) 8l @ gl Agial) Galeal) el LS
Lo sind Al 4] Aac Gl dayds o)
A 5L 4y sy dxaa sial) Aylienl) Apalall oda ala i 5 5l 435Sl Agia¥) (abaa) g 5 i 55 220
Lpma a8l 50 A B2 5 A88) Loyl 5 IS0 Gy Al dgids ol dpe | jal) Al e Tadlay o)) (45 ull e Badsa g
Apcadall 5 e @l dieY! Gabea¥) [ sda G Ll Jal g5 Jie 5yl duineY) mlea¥! ) gda oy
Aadlas e (i gl Al ol A )l Al e Blially Lt lieal) Lginals Juiniy 4] (alea¥) o €
RSP
D A el
= Jo¥) sl
saay Abulu (o 0 5Sh A8 Ly 3 LI (g oo 3ok CFTR G o) 1 48850 1 JSEN e oD o
35 MSD1: a8l se 5 (N dendio ) 8 431 5 Cilland) (3lalia 355 cails ) COOH 4less NH2 dglay 3a3as

3as.ency-education.com



s (B 0SS SR 5 NBD2 5 NBD1 @l se 03 5 Aall dpapnl gdus 8l 380kl 8 (1 235 Al MSD2
Al
el il Jal e CFTR (fis n S fi sy @
@58 Ol & Aane Al ga K00 (6 gie o Aaa il sl ey 1550 Flaiin) dglee Gaat ol 3153l (e Al
Al s il ipall 8 (e iy o
(Soed) Liall 8l gl e o jlue ol Adlida (glalia 8 JIA Chasy o) S g
fan sk A s 4l 5 Lalaall de sa0 (8 adlisy O CFTR (ool Sy @S (S 5
s 3L e (g siay CFTR Ofis e OF Offsod) 18 dae 40 Jiad () o — 1 48585 (e L3l
0.3 (o Ailie L) oda () 5S3 Aglal b
NBD1 33 5 ae Ledalsi b pransy La NDB1 8as 5 Casiy ATP A3 i Jaii i 15
NBD1 52a sl (5 68 Jalii ) & gany eany e NBD2 8aa 5 iy Auli Ay e asi 51 23 A
@A el Il I Jsed) Ge CI 5 H20 )5 7 50 4de g sl s Ll )¥) Sisan 5 25 2a
Llid) de s b aaluy
aLisl) (3 el 32 gan = L ADP + Pi & ATP Jl dalal 24y -
oae Al by Ak e CFTR 0fisn 2ses A8 I Lash (e Al Gl jdll (3) o
. ® Mucovisidose
CFTR (s 8l ARNm Fluiind ade 1
ASSE () gam b (Amed) (A 5 (s e (o 5 ool S i 24
Aalisl (S Y OS] 5 Ao hos 8 dlnka A il g g S 3 B
‘ P BN
P aadl dua Glians addi add die (e 3l AN I 2) o4 ABG ) — 2 4848 6l i
Dl zsoa s skl Flml o dy le Gadll )y e e 2 35 Cl 2 58 CFTR (s 480 o) aaludl [adlil) xie
A yh dgen g bl ae g ab ya 5CI
Cl )9 z 5 A pe e Ju Lo ddaa Ly A e A0 585 Cl 2] 480 o)) Jaa Dl Qleadll addll vie Ll
Lladl 7 )l 4 4 sea 4ie
Aa b L gra g halaall WS ) o W CI ) s 7 5038 20 (I Mucivisidose g s s 3 gay 1z GiLY)

Cl 30 9 48U alaad) g BURY ad) G g8 La <1 g o

gl ye 5 galall CFTR O g Adaiinee e Aluliall (g galSall) aiil) 45 jlde Jiad Al o — 2 286 6l (e JaaDl
Anagene J zalijn adle J paall &3

DA A 5 TTT A sl 2500 (e 3 jle Zoaladl ADN Alule A ddiiiiee yee ALlll) & L85 36l )l o
paeal 5 ) GTT 8l Leal ga 3 55 3l 1 JS 8da L 3 40 55 jiha Ciaa (S 5 (phe Siml (aeal
Aiada g G g o g all el all Al s ) g2 Sl Gaes piaidiey Gly

gl (s siea o 8 ikl I8 Al 1) JSial) £ gila 81 g o

10 Glas Jal 5 e padll ki ) dadad o ) Jiad (Al g 4350 (e Jaa3U

(= H20 5 CI" )5 7550 ey 3 CFTR 52 (558 (g Lldie (s sime o (ssiad alull (addl) s
g dah Il 5 LA de ga g 2 Lo ¢ BAD 2 8 1 sl Jals Jan)

Rasaie 4085 ) 505 Lo bl Aa)) lie mdaw o ol gl o3a Gle Laadl Ll cleadl (asdll die L
ﬁ}l @m\)ﬂ‘ﬁmﬁ%b& )%JLLMM}&&\SJLM\&C}M&M}HZOJCI'JJ‘).JJ
3 51 dom jhdaa

3as.ency-education.com



osall ) LY Jadads au

Wi g
ADN I

Bl 3 il Al 8
ARNM N & na —
! J!
Jagds g b
(At paas!

N
0 v'._..n'ﬂl
izl glesl Q D s AL Jiakl
Q

getadl Mokl
e b i
R
SpsS deasjners
Lads! cand | Madsl
AR Bl Gur gt
)
. . UG N Heads!
A.RNI'I‘I LT SR AT £ nan GUA ACC Ii“';f P rﬁ.RNm.Jl
“ Byl s \
A0 Bl 4y Ll —_— (UGA JIAG . UAN) .
MFA:;;\.U Bpdta donsige) f,j,.,.l.__.Jl iS,n- i Jladil
yymall bap gl
i:'l:rJ.._nﬂ -alnr_,.n dllaz a].:r_,.u a._rl&.." ﬂs-_,n

Jaal! 3 das il dleps

o ad3 Jobie Jig ks e

3as.ency-education.com



Protéine )

CFTR | PQ&
s

NBD1 NBD2 [

3as.ency-education.com



v

3as.ency-education.com



f
0 ATP I l 0 ATP | I \
O g e § \ ‘
. —
CFTR k" T =
N
' - "t
/ \ 14 24 Tl
4 ADP 4 Pi
Tratement
Imb; A AR AR R R R AR R R R R R R R R R R R RRRRRRRRRRRR] AR R R AR R R R R R R R R
CFTR nomal mcutmrnccrcccnccmmaacmaamrcn:m:cmrnccmrcmca
CFTRmuté |||l [|re==mmecccccccccccccccccc e cccan- o = pessssacesnsecnes
Tratement
|denttés LR T R D T R R R L T
Pro-CFTR normal Trpl lethroclthrlleLyscluasnllelerhIlyUalSerlyraspcl
PoCFTRmuté  |¢|))0 | = = = = = « =« « « = = Yy - = = = =
Qélaction - N/R brwe «
[
cr O o o 2l pd B0
i, g g e s 2y
bigsgigidshititid gigigisisibds igsisishibigi i igisssin i ;
{64848 48 , S84 4646808005 fE48 4858 {8 44 6§ ﬁy ‘Sﬁﬁ {84646 .
q O o 6 O CIF 1 1 =
c- O (ONe) i b &
s jacsad 8 S5 CFTR Oy ples pad SCFTR G898 | R
R ) ) (AL Cpa W
E-2 Al -2 Al gl
&l Y| g ged gl

3as.ency-education.com




Cl .
aalas
] i = .
, - ————— o g -""“rq‘,____-r-l"-‘—-
-
=} i 3 ﬂ(‘.‘_‘LéLu)\:J‘-}I.

5
ADN ab
I CFTR O3 s S CFTR 55 e

gy e el o 4uS

Tratement

CFTR nomal

TGCATTATGCCTGECACCATTAAAGARRATATCA

CFTR muté

Tratement

ProCFTR nommal

ProCFTR muté

|- - - - - - - - - - - -

Sllachion VR hwvee

<!

1] AL ¢l)

GTIGTTTCCTATEGATE

TrplleMetProGlyThrileLysGluAsnilellePheGlyValSerTyrasptl|
01; - = = = =

3as.ency-education.com






